Malignant fibrous histiocytoma is a rare tumor. It is most commonly seen in individuals between the fifth and seventh decades of life, in extremities, and less frequently in the retroperitoneum. Although its etiology is not clearly known, radiotherapy, chemical agents, previous history of surgery, trauma and fracture, and Hodgkin lymphoma have been blamed. Leiomyosarcoma, liposarcoma and rhabdomyosarcoma should be taken into account in differential diagnosis. It is seen on computed tomography as a mass lesion with irregular borders and density similar to that of the surrounding muscle tissue. Necrotic and hemorrhagic components in the mass are characterized as heterogeneous low density areas. Fluid-fluid levels can be detected by computed tomography and magnetic resonance imaging.
introduction
Boundaries of the retroperitoneal space are the diaphragm at the top, the levator muscles at the bottom, the parietal peritoneum in anterior aspect, and the vertebral column and psoas muscles at the posterior side. Tumors located in the retroperitoneum might be originated from kidney, pancreas or fatty tissue. Leiomyosarcoma, liposarcoma, fibrosarcoma and malignant fibrous histiocytoma (MFH) are among the retroperitoneal malignant mesenchymal tumors. 1 MFH, also named malignant fibrous xanthoma or pleomorphic fibrous histiocytoma, has been first reported by O'Brien and Stout in 1964. 2 It is an aggressive and high-grade sarcoma. The most frequent complaints are palpable mass, pressure symptoms on surrounding organs and abdominal pain. Prognosis of these rare tumors originating from connective tissue depends on tumor diameter, number of mitoses and degree of differentiation. 3 We present the case of a patient referred to our hospital who has been diagnosed with MFH following surgery.
case report
A 61 year-old female who had a history of hypertension and diabetes for 5 years presented to our hospital with abdominal distension and complaints related with the urinary system. Her medical history showed that she had undergone a surgical procedure associated with her uterus and ovaries and that had received no medical treatment after the surgery. Her laboratory tests revealed blood glucose, white blood cell and hemoglobin levels at 165 mg/dL, 15,500/mm 3 and 9.1 g/dL, respectively. No abnormalities were detected in other results of routine complete blood count (CBC) or biochemistry test parameters. A mass lesion with lobulated contours and irregular borders measuring 12 cm in diameter between the kidney and the psoas muscle at the left side was detected by computed tomography (CT) and magnetic resonance imaging (MRI).
CT scan revealed a calcific component measuring 1 cm in diameter at the posteromedial side of the lesion ( Figure 1 ). On MRI, the lesion was isodense on T1 weighted series and slightly hyperdense compared to the muscle on T2 weighted series. Focal areas with low signal indicating fibrous tissue were present in the lesion on T2 weighted series. Intense enhancement was seen in the series after contrast injection (Figure 2) . The mass lesion, evaluated as a retroperitoneal sarcoma radiologically, was diagnosed as a malignant fibrous histiocytoma after histopathological examination following surgery. discussion MFH originates from undifferentiated mesenchymal cells and comprises approximately 0.5% of all malignant tumors. 4 They can occur at any age but are more frequent in relatively older individuals, especially in the fifth and seventh decades of life. They are most commonly seen in the extremities but can occur at any localization in the body. 3 Malignant fibrous histiocytoma, which is one of the mesenchymal tumors, includes fibroblasts at different stages and histiocyte-like cells. They are divided into five different subgroups and the ones more commonly seen are pleomorphic and myxoid types, which tend to present higher grades, while the rarer giant cell, inflammatory and angiomatoid subtypes tend to present lower grades. 5 The etiology of MFH is not completely known; however, it is more common in patients who received radiotherapy, similar to other sarcomas. In addition, sunlight, chemical agents such as phenacetin, previous surgery, trauma and fracture, bone infarct, and tumors such as Hodgkin lymphoma and multiple melanoma are predisposing factors. 4, 5 Most of the patients are asymptomatic, since the lesion is located retroperitoneally and deeply, or they have nonspecific symptoms such as flank pain, fever and weight loss. C-reactive protein level and erythrocyte sedimentation rate may be found to be increased in laboratory tests. 6 Palpable mass, compression of surrounding organs and flank pain are the results of the increasing dimensions of the tumor. Also, cases of paraneoplastic syndrome have been reported in the literature. 7 Differential diagnosis includes leiomyosarcoma, liposarcoma and rhabdomyosarcoma as retroperitoneal tumors. Psoas abscess, hematoma and hydatid cyst should also be considered in differential diagnosis. 6 Radiological findings are nonspecific and the diagnosis is made histopathologically. The dimensions and site of the lesion, presence of hemorrhagic or necrotic components, and mass affecting the surrounding organs might be detected by radiological imaging. Ultrasonographically, the tumor has a hypoechoic mass character and necrotic/hemorrhagic components are seen as hypoechoic or anechoic images with septated formations. 6, 8 Typical CT findings include a large infiltrative mass with ill-defined borders and density similar to that of muscle tissue. Hypodense areas secondary to necrotic and hemorrhagic components and hyperdense calcific components cause non-homogeneity. Heterogeneous contrast enhancement might be seen in post-contrast images secondary to necrotic and hemorrhagic components. 5 Fluid-fluid levels may be seen secondary to hemorrhage in CT and MRI. Signal properties of hemorrhagic component in MRI vary according to the character of the blood products. In addition, fibrous components demonstrate low signal on T1 and T2 weighted sequences. Although radiological findings are nonspecific, some specifications are present and can differentiate MFH from renal carcinoma. Large dimensions at the time of diagnosis, absence of renal vein or vena cava involvement, characteristic signs of fibrous components and necrotic/hemorrhagic or calcific components raise suspicion for MFH. 9 The prognosis of MFH is generally poor. Determinant prognostic factors are subgroup type and location of the tumor, as well as presence of metastases or paraneoplastic syndrome. Five-year survival rate is 66% when tumor dimension is less than 5 cm, decreasing to 30% if the diameter is greater than 5 cm. 3, 10 Similarly, there is a positive correlation between tumor diameter and rate of metastasis. Prognosis is better in tumors located in extremities compared to retroperitoneal or deeply located tumors. 9, 10 Primary treatment of MFH is surgical excision of the mass. Radiotherapy plays an important role in the postsurgical treatment; however, the efficacy of chemotherapy is controversial. 10 references
